Nasopharyngeal carcinoma is a rare disease in children. It present with mass in the nasopharynx or neck swelling. Recently a six year old boy was diagnosed as a case of NPC and treated with standard chemotherapy. The boy was presented with neck swelling, palatal palsy and ear discharge. The patient was diagnosed by lymph node biopsy and immunohistochemistry. The diagnosis was delayed for 4 months which usually occur in our country. He was diagnosed by lymph node biopsy and immunohistochemistry. He was treated with standard protocol based chemotherapy.
Introduction
Nasopharyngeal carcinoma (NPC) is a tumor arising from the epithelial lining of the nasopharynx. It is not an uncommon tumour of head and neck region in adults . The occurance of the tumour in childhood is very rare 1 . It had been estimated that 5% of primary malignant tumours in children originate in the area of head and neck 2 Naso-pharyngeal carcinoma in children is a relatively rare neoplasm in Caucasian population and an uncommon malignancy in India and Bangladesh. It is estimated to contribute about 0.25% of all cancers in North Americans, whereas in Chinese \ it is a common malignancy and accounts for 18% of all malignant neoplasms in adult 5 . Exact incidence in population of Bangladesh is not known. The highest incidence of this disease occurs in Guangdong Province of Southern China, where the risk may be as high as 30-50/100,000 persons/year 6 . In Indonesia, the incidence is approximately 4.7/100,000 persons/ year . 3 Aetiological factors have been linked to genetic, environmental, dietary factors (nitrosoamines) and the Epstein Barr virus 7 .
Usual manifestations of NPC include neck lump due to metastasis to cervical lymph nodes. Ear fullness, hearing loss due to blockage of eustachian tubes along with nasal bleeding and obstruction 8 . Ophthalmoneurological manifestations due to cranial nerve paralysis and cutaneous involvement are very rare. Treatment of NPC depends on how far the cancer has spread. For stages 0, I and II, standard treatment is radiation therapy aimed at the nasopharyngeal tumor and nearby lymph nodes of the neck.
Here we are going to present a child suffering from nasopharyngeal carcinoma which is extremely rare case in context of Bangladesh.
Case Report
A 6-yr old boy presented with rt sided neck swelling for 4 months. He had H/O low grade fever and nasal regurgitation with difficulty in deglutition and swallowing for same duration. He had restricted neck movement in rt side. There was no H/O sore throat, epistaxis, snoring, change in voice (rhinolalia clausa) or otitis media. There was no H/O TB contact also. On examination patient was irritable and vitals were stable. The largest cervical lymph node was measured about (7cmx3cm) was palpable on rt side of neck. It was hard in consistency and fixed with underlying structure but overlying skin was free. Examination of chest, CVS and abdomen were normal. CNS: Mental functions were normal but nasal regurgitation and difficulty in swallowing of both solid and liquid were present due to soft palate paresis. There was weakness in rt. sternocleidomastoid muscle. All cranial nerve functions were intact but XI nerve. Examination of upper and lower limb was normal. There was no sign of cerebellar dysfunction or meningeal irritation. Skull,orbit and spine were normal.
On investigation, X-Ray reveals a soft tissue swelling on posterior wall of nasopharynx without any bony erosion. Posterior rhinoscopy could not be done. Fine needle aspiration of swelling reveals secondary deposits in neck. Biopsy was taken from enlarged lymph node and was reported as metastatic nasopharyngeal carcinoma.
The patient was diagnosed as nasopharyngel carcinoma with involvement of cranial nerve XI on the rt side with metastasis to ipsilateral cervical lymph node. He was treated with combination chemotherapy with 5-Flourouracil and cisplatin. The patient was given 5 cycle of chemotherapy and is on follow up.
Discussion
Nasoparyngeal carcinoma in children is a rare and does not attract medical attention before it spreads to regional lymph nodes or at a later stage 9. Hodgkins and other malignant lymphomas and soft tissue sarcomas were more common. Tumour registry in Manchester, U. K., listed 12 cases of carcinoma in nasopharynx in children up to 15 years of age, out of a total of 1482 cases of malignant diseases of childhood from 1954-1980 10 . Fernandez identified 10 patients under 15 years of age with a diagnosis of carcinoma nasopharynx in their study spanning 17 years 10. Carcinoma of the nasopharynx in adults is endemic in Chinese and other South·East Asians, where the age incidence rate begins to rise at the end of 2nd decade of life, reaches a peak in the fourth decade and then stays at a plateau 11 . There is also a high proportion of NPC in patients below 20 years. Nasopharyngeal carcinoma in children presents mainly with cervical lymphadenopathy 1, 3 . This common (60-90%) presentation of nasopharyngeal carcinoma has been related to the rich network of lymphatics in the nasopharynx 1, 10, 12 . Enlargement and extension of the tumor in the nasopharynx may result in symptoms of nasal obstruction, changes in hearing usually associated with blockage of the eustachian tube, direct extension into the ear and cranial nerve palsies. In our patient there was lymphadenopathy and ear problem. In children due to frequent upper Fig.-1 (A & B) : Histopathological view of the patient (Nasopharyngeal carcinoma )
A B respiratory tract infections, this rare tumour can, therefore, be masked, resulting in considerable delay in establishing the correct diagnosis. Our reported case is an example in this context. This case of nasopharyngeal carcinoma has the clinical presentation and diagnosis of NPC was found after 4 months. The presence of lymph node enlargement is the reason for him to seek medical attention. It has been observed that nasopharyngeal carcinoma that occurs in children and young adults is not a differentiated squamous carcinoma as keratinization in them is absent 12 . This tumour in this age group occurs more often as undifferentiated carcinoma or poorly differentiated epidermoid carcinoma 3, 12, 13 The spread of nasopharyngeal tumors most commonly occurs via the blood and the lymphatics. NPC most commonly metastasizes to the cervical lymph nodes and presents as a unilateral neck lump in 50%-70% of patients 14 . It is the presentation of our case. Distant metastases are encountered in 5%-11% of the patients at the time of initial diagnosis 15, 16 . This tumour may involve the cranial nerves in many ways. Firstly, the tumour may extend superiorly through foramen lacerum 17 , or cancer may break through the pharyngobasilar fascia and spread along vascular sheaths, thus extend within the skull base and lead to cranial nerve involvement 18 . Ophthalmic presentation as the initial presenting feature of nasopharyngeal carcinoma is uncommon. Patients may present with proptosis, diplopia, optic neuritis 19 . Orbital involvement from NPC is seen in 3.2% of cases 19 .Our case is free from orbital involvement. Lateral and posterior extension of the primary growth itself may involve the lower cranial nerves exiting from jugular and hypoglossal foramina. These lower cranial nerves may also be involved on their course while traversing the neck by the secondary deposits in the lymph nodes. In one study of North American patients, 20% had involvement of the cranial nerves at the time of diagnosis 20 . Rarely, a tumour may affect cranial nerve IX, X and XI and produce jugularforamen syndrome. In our case, he was suffered from XIth cranial nerve palsy.
Chemotherapy and radiation therapy are established mode of treatment for nasopharyngeal carcinoma in adults 11 . Same treatment when applied to children and young adults produces prompt and complete tumour regression jn almost all patients and results in cure in 30 to 50% 1, 12 . The better 5 year survival rate of 50-62.5% in younger patients has documented despite the aggressive disease in them. Our patient was given only chemotherapy.
